Angiotropic lymphoma, also known as intravascular lymphomatosis or malignant angioendotheliomatosis, is characterised by diffuse intravascular proliferation of mononuclear cells in capillaries, venules, arterioles, and small arteries. In recent years, molecular techniques have established that the proliferating cells are malignant B' 2and, less commonly T, lymphoid cells. 2 The disease usually presents with fever of unknown origin and multiorgan failure with a proclivity for skin and central nervous system. Focal disease is absent in most patients and a diagnosis of lymphoma may not be made until after death.
Here, we describe a case of a patient with pyrexia of unknown origin and multiorgan failure, which worsened progressively over two years without a definite diagnosis being made.
Angiotropic lymphoma was subsequently diagnosed and the patient made a good response to chemotherapy.
Case report A 52 year old man of previous good health first presented to another hospital in April 1991 with fever and sweats, general malaise, weight loss, and an erythematous rash on the inner thighs. Except for pyrexia (39.2°C), the rash and pallor, clinical examination was normal. Haematologically, there was a normochromic, normocytic anaemia (haemoglobin concentration 8.4 g/dl) and thrombocytopenia (66 x 10'/ 1), with red cell fragmentation but normal coagulation profile and reactive appearances on a bone marrow aspirate and a trephine biopsy specimen. Biochemically, there was a small increase in his serum urea concentration (9.8 mmol/l) but normal electrolyte and creatinine concentrations, and normal urinanalysis. Serum albumin had fallen to 23 g/l, and there was mild derangement of other liver function tests. Bacteriological, serological and immunological screens were negative. Chest x ray, abdominal and cardiac ultrasound scans, small bowel meal, and a computed tomography scan were normal. Skin and liver biopsy specimens were reported as showing numerous leucocytes in dilated dermal vessels and dilated sinusoids, respectively, but no conclusive diagnosis was reached. The patient was treated with broad spectrum antibiotics and antituberculous therapy to which there was no response. A trial of prednisolone and naproxen was prescribed resulting in a resolution of the pyrexia and gradual correction of the anaemia, hypoalbuminaemia, and renal and liver function. The patient was discharged with a working diagnosis of autoimmune disease and over the following three months the steroids and naproxen were tailed off without symptomatic relapse.
Eight months after presentation, the patient's symptoms and laboratory abnormalities recurred and again partially responded to prednisolone and naproxen, but by August 1992 his clinical condition had deteriorated and on this occasion failed to respond to other treatment including azathioprine. At the time of referral and re-investigation in February O'Grady et at have recently described an apparently similar case which they also postulate is a variant of angiotropic lymphoma. This case was localised to the skin and showed no evidence of systemic involvement. The cells showed very similar histological features and expressed similar markers in paraffin wax embedded material, although S100 was not present. Whether these apparent variants of angiotropic lymphoma have a very different clinical course to typical examples is uncertain. Most previously reported cases have fever and multiorgan dysfunction, with skin and central nervous system involvement. In our case, the central nervous system was apparently spared, but there was peripheral nerve involvement, presumably as a result of involvement of epineural and perineural vessels.'" Like many previous cases, the presentation not only mimicked but was mistaken for autoimmune disease." An association with disseminated intravascular coagulation has been noted previously and microangiopathic anaemia was a feature in our patient, possibly related to fragmentation of the erythrocytes in the microvasculature. 12 The optimal management and prognosis of angiotropic lymphoma is not clear.'3 The diagnosis is often missed until the later stages, and in many reports the diagnosis is made at necropsy. The recognition of lymphoid origin led to the use of anti-lymphoma chemotherapy. Success rates are variable, some patients responding poorly' but others," including our patient, sustaining remission. Immunophenotype correlates with prognosis in other types of lymphoma but it remains to be seen whether angiotropic lymphoma with histiocytic features generally has a good prognosis. The fact that the chemotherapeutic regimen contained etoposide, which is effective in both Langerhans cell and malignant histiocytosis, may have been pivotal in this case. '4 In conclusion, this case illustrates several points. Firstly, angiotropic lymphoma may express markers of histiocytic differentiation. Secondly, lymphoma may be present without any evidence of focal disease and may be mistaken for connective tissue disease. Biopsy of affected organs coupled with recognition of the often subtle histological features is important in such cases. If the diagnosis is missed, the patient will progress inexorably to death. If, however, the diagnosis is made, there is opportunity for lasting remission and potential PMC-like changes, usually associated with perioperative hypotension and with more extensive gastrointestinal tract involvement, have also been described. In neither clinical setting has pseudomembranous appendicitis been recorded. A case of pseudomembranous appendicitis in a 76 year old woman is described. ( 
